Kissin' reviewed the literature and described the clinical and pathologic picture of isolated incompetence of the pulmonic valve. His study was based upon an analysis of autopsy protocols, and it remained for Kezdi et al.,2 in 1955, to report the first case diagnosed during life. To date 13 cases of isolated incompetence of the pulmonic valve have been reported in the English literature.
It is the purpose of this paper to report two additional patients diagnosed during life, and to summarize the data available on these 15 cases.
Case Reports Case 1 A. A., a 60-year-old woman, was first told that she had a heart murmur at the age of 15. During the next decade she experienced two uncomplicated deliveries. At the age of 27 she was refused life insurance because of heart disease. Her first cardiac symptoms developed at the age of 50, when she had an episode of rapid heart action, shortness of breath, and anxiety. In May 1957 she had moderately severe dyspnea on exertion. Other symptoms strongly suggested that emotional tension might be the major factor in production of the dyspnea.
Examination at that time revealed a blood pressure of 138/90. Abnormal physical findings were limited to the heart. The rhythm was regular and there were no thrills or abnormal pulsations. A grade-II systolic murmur and a grade-I harsh, diastolic murmur were best heard along the left sternal border in the third interspace. The first heart sound was split in the mitral area. An electrocardiogram was interpreted as right ventricular hypertrophy. Fluoroscopy demonstrated enlargement of the left atrium and very active pulsation of the hilar vessels.
At right heart catheterization on May 8, 1957 , the pulmonary artery and right ventricular pressures were identical, and there was no evidence of a left-to-right shunt (table 1) .
She was seen at the University of Arkansas E. M., a 37-year-old Negro woman, was referred to the hospital for evaluation of hypertension. She complained of dyspnea on exertion and palpitation. At the age of 15, 3 months after the delivery of her first child, she developed dyspnea, orthopnea, and anasarca. She was told that she had a large heart and was given digitalis. After 8 months of convalescence she was asymptomatic and medications were discontinued.
During the next 10 years she had four more pregnancies, the first two being uncomplicated. 7 to 60 years, with a median of 24 years, and there were eight females and seven males. While nine patients had definite cardiac symtoms, six had complicating diseases that probably contributed to their symptoms. All patients free of cardiac symptoms were under 25 years of age; however, congestive failure did occur in patients who had other diseases.
In every case systolic and diastolic murmurs were heard over the second and third left intercostal spaces at the sternal border. In five cases a diastolic thrill was palpable. Phonocardiograms were described in six cases and all demonstrated murmurs of maximum intensity in middiastole. Five of these were definitely crescendo-decrescendo in character.
Electrocardiograms were reported as normal in four cases. Right ventricular hypertrophy or incomplete right bundle-branch block was diagnosed in seven cases. Low voltage and right axis deviation were each observed once.
Increased pulsation of the pulmonary vessels was the most outstanding roentgenographic finding, being present in every instance in which cardiac fluoroscopy was performed. Enlargement of the pulmonary artery and right ventricle was noted 10 and six times respectively. Right heart catheterization was performed in all cases. Nearly identical diastolic pressures in the right ventricle and pulmonary artery were observed in every instance. Several authors emphasized the diagnostic significance of a steeply sloping dicrotic limb in the pulmonary artery pressure curve. When cardiac output was determined, the values were moderately low.
At the time of report, 13 patients were alive and two were dead. Autopsy of both these patients demonstrated congenital de That this visible pulsation of the arteries is owing to the mechanical cause here assigned is made evident by several circumstances. It is most distinct in the arteries of the head and neck, which empty themselves most easily into the aorta, and of course into the ventricle. In the arteries of the lower extremities, of even larger size than those which present it about the head and neck, it is not seen to any comparative degree, and most generally not at all while the patient is standing or sitting. It is much more marked in the arteries of the head and neck in the erect than in the horizontal posture; and a patient suffering under the disease himself, first pointed out a circumstance which is convincing of its being produced as asserted. He could increase the pulsation of the brachial and palmar arteries in a most striking degree by merely elevating his arms to a perpendicular position above his head. He thus enabled the brachial and palmar arteries to empty themselves more easily back upon the aorta. They became more flaccid, and then, on the next contraction of the ventricle, their diastole became comparatively greater, and their visible pulsation of course more marked. The same effect could be produced in the arteries of the lower extremities by lying down and elevating the legs on an inclined plane.
